INTRODUCTION
A ngiokeratomas are essentially telangiectases (dilatations of preexisting papillary dermal capillaries and veins) that have an overlying hyperkeratotic surface. They are variably classified as a capillary or venous malformation. [1] Based on clinical presentation and evolution, five variants have been described, among which angiokeratoma circumscriptum neviforme (ACN) is the rarest, barely a handful of cases being reported in the literature. Clinically, it presents as dark red to blue-black, hyperkeratotic papules, nodules or plaques, commonly present on the lower limbs since birth, in a segmental distribution. Lack of spontaneous regression is cosmetically unacceptable to the patient; several modalities have been tried for its removal with varying rates of success. [2] On the basis of clinical and histopathological features, a diagnosis of ACN was made. The patient has been advised regular follow-up, while she is being evaluated for carbon di-oxide laser ablation, to get rid of the lesions.
CASE REPORT

DISCUSSION
The term angiokeratoma, which literally means a collection of vessels, horn and tumor respectively refers to the presence of one or more dilated vessel(s) in the papillary dermis accompanied by an overlying acanthotic and/or hyperkeratotic epidermis. [3] The worldwide prevalence is estimated to be about 0.16% with a female preponderance (3:1). The pathogenesis is yet to be elucidated. According to the clinical appearance and evolution, there are five types of Angiokeratomas: [4] (1) angiokeratoma of Mibelli in which cold temperature may precipitate acral lesions; (2) angiokeratoma of Fordyce, the predominantly genital variety; (3) angiokeratoma circumscriptum (AKC), which is nevoid with an early age of onset; (4) solitary or multiple angiokeratoma with an onset in adult life; and (5) angiokeratoma corporis diffusum (Anderson-Fabry disease), a systemic variety associated with widespread cutaneous lesions due to deposition of glycosphingolipids chiefly in the vascular endothelium and smooth muscle cells.; as a result of deficiency of the enzyme ceramide trihexosidase.
Angiokeratoma circumscriptum neviforme is the rarest variety, only a handful of cases having being reported in the world literature. Clinically, it is characterized by the presence of well-circumscribed, bluish black warty plaques, which may bleed even on trivial trauma (as in our case). The most common sites of predilection are the lower extremities, thighs and the gluteal region; in a linear or segmental distribution. However, several uncommon sites have been reported rarely, such as neck, [5] arm, and trunk including elbow, [6] penis. [7] Even tongue [8] and oral cavity [9] have not been spared.
The precise pathogenesis of angiokeratoma circumscriptum is unknown. However, it is known that it occurs due to telangiectasia of preexisting veins and capillaries, in the papillary dermis; [1] it's not an angioma as the name may suggest. Several causal factors such as congenital development, pregnancy, trauma, subcutaneous hematomas, and tissue asphyxia, have been hypothesized.
Angiokeratoma circumscriptum neviforme has been reported to co-exist with other vascular malformations, including angiokeratomas of fordyce, [10] Cobb syndrome, Klippel-Trenaunay syndrome, [1] nevus flammeus, cavernous hemangioma, and traumatic arteriovenous fistula. [11] A thorough systemic evaluation was done and we did not find any such abnormalities in our case.
Under the microscope, the presence of dilated blood vessels restricted to the papillary dermis along with overlying epidermal hyperkeratosis, papillomatosis, and/or acanthosis (as in our case) is a hallmark finding for the diagnosis of ACN. When the vascular proliferation extends deeper down involving the reticular dermis or subcutaneous fat, it hints toward the diagnosis of verrucous hemangioma, which may clinically resemble ACN. Sometimes, it may mimic malignant tumors like melanoma and pigmented basal cell carcinoma, when HPE clinches the diagnosis. It may also sometimes resemble lichen planus hypertrophicus (itchy lesions, no history of bleeding due to trivial trauma). The HPE features in our case were consistent with that of ACN.
As spontaneous regression is less likely, this condition demands definitive intervention. While diathermy, curettage, electrocautery, and cryosurgery are sufficient for smaller lesions, laser ablation (carbon dioxide, [11] argon laser, potassium titanyl phosphate [KTP]) [4] or deep surgical excision are deemed suitable for larger lesions. Recently, KTP laser has been found to be superior, as it is very much specific for cutaneous blood vessels. We have planned carbon dioxide laser ablation for our patient.
CONCLUSION
We have reported this uncommon case to hasten its prompt diagnosis in the coming days; although it may closely resemble some malignant skin tumors like malignant melanoma and pigmented basal cell carcinoma; thus relieving the patients of unnecessary psychological stress. Furthermore, an appropriate mode of treatment needs to be formulated, as this nevoid condition is persistent and liable to the episodes of bleeding and pain on trivial trauma.
The rarity of this entity in the world literature prompted the present report.
